Incontinentia pigmenti is an ectodermal disorder mainly affecting the skin and its appendages from early life. The majority of patients are female and commonly there is dominant inheritance. Almost a third of patients have eye lesions affecting ectodermal structures and of these about a third consist of space-occupying lesions in the posterior chamber. Published case reports indicate cerebral disorders in almost a third of patients and their early onset with failure to progress suggests possible underlying malformations. This was proved in my first case at necropsy (Figs 1 and 2) and is very likely in the following case, presented at this meeting.
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Paper Cerebral Malformation in Bloch-Sulzberger Disease (Incontinentia Pigmenti) [Summary] by Neil O'Doherty MD MRCP (Guy's Hospital, London) Incontinentia pigmenti is an ectodermal disorder mainly affecting the skin and its appendages from early life. The majority of patients are female and commonly there is dominant inheritance. Almost a third of patients have eye lesions affecting ectodermal structures and of these about a third consist of space-occupying lesions in the posterior chamber. Published case reports indicate cerebral disorders in almost a third of patients and their early onset with failure to progress suggests possible underlying malformations. This was proved in my first case at necropsy (Figs 1 and 2) and is very likely in the following case, presented at this meeting.
Case History
Born by normal delivery at 37 weeks; birth weight was 5 lb. There were a few congenital lesions of incontinentia pigmenti. On the third day there were generalized convulsions with normal blood chemistry and spinal fluid. The fits were difficult to control and there was severe residual spasticity which was thought unlikely to be post-ictal but possibly attributable to cerebral malformation. The neurological clinical picture has been non-progressive. The mother also has incontinentia pigmenti and both have normal eyes. The combination of congenital lesions in skin, eye and brain merits consideration of incontinentia pigmenti as a form of neuroectodermal dysplasia. The implications in management are:
(1) There are survivors of incontinentia pigmenti with mental defect, epilepsy, &c., whose skin may have a few relics that would indicate the diagnosis, and in particular the eyes should be looked at.
(2) The dermatologist should refer every case of incontinentia pigmenti to a neurological and an ophthalmological colleague.
(3) Any male patient should have a buccal smear and karyotype to exclude chromosomal anomalies such as Klinefelter's syndrome (XXY).
(4) The ophthalmologist should know the oculocutaneous relationship and might avoid unnecessary operation.
(A full report of this case has been submitted to Archives ofDisease in Childhood).
DISCUSSION
Dr H R Vickers: I have been looking after a child with incontinentia pigmenti for the last five years. She was admitted to hospital when aged 5 days having had convulsions, and at the time she had typical lesions of early incontinentia pigmenti. The reticulate markings are slowly fading and she has now no evidence of that the abnormal gene is on an X chromosome, which is active where there are skin lesions and inactive in the other areas. This is a further reason for looking at the chromosomes of apparent males with this disorder.
Cases
Lymphoma with Lipid Deposits Anne E Walker MD (for I B Sneddon MB FRCP) (Royal Infirmary, Sheffield) G M, man aged 64 History: In the summer of 1962 he developed a generalized erythroderma with exfoliative dermatitis. The exfoliation was controlled by prednisolone from July to March 1964. A further recurrence of the exfoliation was quickly relieved by triamcinolone 4 mg twice daily in December 1964 and this has been continued to the present time. The patient's hands and face have remained erythematous and irritable and this has been aggravated by sunlight. In November 1966 he developed infiltrated papules on the dorsum of both hands and at the same time the skin of his face was noted to be creamy in appearance.
Past history: 1945, scaly rash around the hair margin. 1947-52, scattered scaly lesions on the trunk and limbs which cleared without treatment.
Family history: No skin disease.
On examination: Confluent dusky erythema of the face and scalp, contrasting sharply with the creamy appearance of his forehead and nasolabial folds (Fig 1) . Hands cyanotic and studded with infiltrated papules on the dorsum and both aspects of the wrists. Warty keratoses cover the palms. Skin of trunk and limbs rather dry and scaly but normal in colour. Biopsies: An infiltrated papule from the hand shows a dense polymorphic infiltrate in the upper dermis consisting of reticulum cells, cells of the lymphocyte series and a few plasma cells. There is some pleomorphism in the reticulum cells and an occasional mitotic figure. The creamy area on
